It is well recognised that Norrie's disease is an X linked disorder causing blindness in early infancy, often in association with hearing loss and/or psychomotor retardation.' The diagnosis is established by the finding of congenital pseudoglioma in a male infant with either typical systemic features or a family history of congenital blindness in male relatives.'2 We report here the ocular findings in a 2-year-old girl who appears to be a manifesting carrier of Norrie's disease, this being an observation which has important implications for genetic counselling.
Case reports
The family pedigree is shown in Figure 1 .
II-1
This deceased male lived in Mauritius and was first noted to be blind at age 2 years. At age 6 years behavioural disturbance prompted psychiatric referral. At age 20 years he was described as being severely retarded and required constant supervision.
ii -2 This 30-year-old man is of normal intelligence. Assessment at age 22 years showed bilateral pthisical eyes.
II-4
The 32-year-old mother of the proband (III-1) 
